(1) C. M., male, aged 12i years, first seen April 1935. Admitted to hospital 23.4.35 complaining of "inflammation of the eyes" and a gummatou3 condition of the inguinal and scrotal regions.
History of present illness.-Interstitial keratitis began in the left eye in February 1935, in the right eye in April 1935. About October 1934, the skin began to ulcerate in the region of the groin and scrotum, and as no anti-syphilitic treatment was applied, the ulceration gradually extended.
Previous history.-Snufflas in infancy, but no rash or epiphysitis. Always ailing, twice had pneumonia. Injury to left eye 1928; traumatic cataract 1929.
Family history.-There are two older children with negative blood reactions. The mother's Wassermann reaction is negative, but the Kahn reaction is strongly positive.
Condition on admission.-Both eyes acutely inflamed. There was extensive ulceration of the scrotum, groin, and thigh, and it was at one time thought that the testicle might be involved. There was some enlargement of the ingainal glands. History of present illness.-Sores on the external genitalia began about the end of November 1935, and according to the mother's description, they were " as though she had worn something tight and rubbed the 'parts." About the middle of December ulceration appeared on the left side of the upper lip.
Previous history.-The patient was a healthy baby. Family history.-Two older children (born 1923 and 1925) were both healthy babies and have had no subsequent serious illness. The father was away from home during 1934 and the mother apparently became infected in November 1934. She was treated at St. Mary's Hospital for secondary syphilis. Her blood Wassermann reaction is now negative, as is also that of the two older children.
Condition on admission.-When seen on February 1 there was a large sloughing ulcer on the buttock, several inches long by two inches wide. There was another on the right labium about one inch long by three-quarters of an inch wide. They had a sloughy base and some induration of the edges. There was a smaller and deeper ulcer on the upper lip. All three ulcers appeared to be secondarily infected and had yellowish sloughs on the surface. The inguinal glands were slightly enlarged. Scrapings of one of the ulcers on the external genitalia failed to show any spirochaetes. The Wassermann and Kahn reactions of the blood were both strongly positive. It is an open question whether this is a case of congenital syphilis; in view of the history it appears to be more likely to be one of acquired syphilis.
Progress.-The child is having sulphostab and proto-iodide of mercury and is making good progress. History.-Full-term child. Normal delivery. Weight at birth 81 lb. Breastfed for eight months, then weaned and put on a liberal mixed diet. Has received radiostoleum Iflv, t.d.s. since age of eight months. Since October last has also received artificial sunlight for half an hour, three times weekly. Developed normally up to the age of 8 months but since that time has gradually retrogressed, becoming " weaker in the back and more helpless."
Family history.-First child. Parents have not been interviewed, but by letter they deny any mixture of Jewish blood. The grandparents on both sides come from Herefordshire, and the parents of the child are first cousins once removed.
Oni examination.-A somewhat coarse-featured, well-nourished child. She can sit up with help, and can hold her head up. No apparent blindness and no noticeable hyperacusis. When first seen there was general hypotonia of the muscles, this was somewhat more marked in the muscles of the proximal segments of the limbs. The hypotonia is now less evident. Reflexes normal with the exception of a bilateral extensor plantar reflex. Ophthalmoscopic examination shows the typical changes seen in Tay-Sachs' disease.
Discussion.-Dr. COCKAYNE said that, with Mr. Attlee, he had recorded a case of this disease in a Gentile infant, whose parents were first cousins.1 No doubt the disorder was much rarer in Gentiles than in Jews and the consanguinity rate in parents was correspondingly higher. Slonme had shown that in Jews the percentage born to first cousins was between 12 and 16, and to consanguineous parents between 23 and 40, whereas in Gentiles the percentage born to first cousins was between 35 and 40, and to consanguineous parents between 55 and 67, and in an analysis of the Japanese pedigrees published by Taku Komai he himliself had found that in 46% the parents were first cousins and in 60% they were blood-relations. Dr. L. MANDEL said that as long ago as 1923 he had shown before this Section a case of Tay-Sachs' disease2 in a non-Jewish child aged 20 months. It was a typical case. He was more fortunate than Dr. Maitland-Jones in that the child was of a family domiciled in London and he was able to trace back the history to the grandparents on both sides. On the question of consanguinity he had not been able to find any evidence in the five cases which had passed through his hands. A feature of interest which he had noted in these cases of Tay-Sachs' disease was the risibility; the child laughed and gurgled happily and this feature, together with the brisk head movements, due probably to auditory hyperacuity, presented a picture of contentedness and happiness which soon, however, gave way to the final tragedy of wasting.
Dr. PARKES WEBER said that in 1907 there was a boy, aged 2 years and 10 months, under his colleague Dr. Furth at the German Hospital, with amaurotic family idiocy, but at the post-mortem examination the child's brain was found to be abnormally large and firm (" megalencephaly "), weighing 1,450 grammes (exceeding the average normal weight of the adult male brain). The case was ultimately published by Dr. Gordon Holmes in the Proceedings, Pathological Section, 1910 Section, -1911 In the meantime, the boy's sister (the family was Hebrew) had died at another hospital in London, with typical amaurotic famlily idiocy. He (Dr. Weber) thought that the megalencephaly was due to I Proceedings, 1914-15, 8 (Sect. Ophth., 65).
2.Id., 1923, 16 (Sect. Dis. in Child., 55).
